A 3200-gm infant boy was born at term. The pregnancy had been complicated by an abnormal fetal sonogram. The fetal sonogram at 25 weeks revealed a left upper quadrant echogenic mass. This was seen again without significant change at a repeat fetal sonogram performed at 33 weeks. Postnatal sonography performed at delivery and at 1 month postdelivery were identical (Figure 1 ). The mass was observed to be supplied by a large vessel from the abdominal aorta by color Doppler sonography. Because of continued parental anxiety, the mass was surgically removed at 2 months of life.
CASE PRESENTATION
A 3200-gm infant boy was born at term. The pregnancy had been complicated by an abnormal fetal sonogram. The fetal sonogram at 25 weeks revealed a left upper quadrant echogenic mass. This was seen again without significant change at a repeat fetal sonogram performed at 33 weeks. Postnatal sonography performed at delivery and at 1 month postdelivery were identical ( Figure 1 ). The mass was observed to be supplied by a large vessel from the abdominal aorta by color Doppler sonography. Because of continued parental anxiety, the mass was surgically removed at 2 months of life.
DENOUEMENT AND DISCUSSION Retroperitoneal Subdiaphragmatic Extralobar Sequestration
The sonographic appearance and surgical specimen were characteristic of retroperitoneal subdiaphragmatic extralobar sequestration (ELS) containing areas of type II cystic adenomatoid malformation.
ELS is an uncommon congenital malformation of the developing foregut and lung. It is believed that during embryological development, an accessory lung bud arises from the primitive foregut, remains separated from the developing lung, and is not within the visceral pleural of the normal lung.
1 ELS is less common than intralobar sequestration (i.e., sequestrations contained within the visceral pleural of the lung). The latter comprise 75% of all sequestrations.
Approximately 8% of ELS or 2% of all sequestrations are subdiaphragmatic. [2] [3] [4] Subdiaphragmatic, retroperitoneal ELS is usually asymptomatic 5, 6 and is detected most frequently by intrauterine sonography. Only 14% of retroperitoneal ELS present as a palpable mass. 2 Retroperitoneal ELS has many of the characteristics of ELS in general: (1) 84% are left sided; 2 (2) 58% to 80% have changes of type II cystic adenomatoid malformation; 1,2 (3) the 
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arterial blood supply is from the thoracic or abdominal aorta, and in most cases the venous drainage is into systemic veins, particularly the azygos 1 system, although in many reported cases the venous drainage has not been stated; 5 (4) the pathologic appearance is that of uniformly dilated alveoli, alveolar ducts, and bronchioles in a normal acinar pattern. 4 Retroperitoneal ELS usually appear sonographically as echogenic suprarenal masses. Many have detectable cysts (24% to 58%) because of the associated type II cystic adenomatoid malformation. The differential diagnosis of a retroperitoneal ELS on an intrauterine sonogram is primarily neuroblastoma and adrenal hemorrhage. Adrenal hemorrhage usually can be easily eliminated by repeating the sonogram at several weeks. Adrenal hemorrhage will change in echogenicity, becoming hypoechoic, as well as decrease in size.
Distinguishing between ELS and neuroblastoma is somewhat more difficult. Neuroblastoma is equally frequent on the left as on the right, unlike retroperitoneal ELS. Adrenal neuroblastoma is almost never detected before the third trimester, whereas retroperitoneal sequestrations have frequently been detected before the third trimester.
2 A left-sided echogenic suprarenal mass detected before 29 weeks' gestation is most likely a retroperitoneal sequestration. 2 If detected after 30 weeks' gestation and particularly if the lesion is right-sided and complex or predominantly cystic, neuroblastoma is a more likely possibility. 2 If there is uncertainty about the diagnosis by the time of birth, a needle biopsy can be performed to exclude neuroblastoma. 5 Although there is an association of embryonal cystic lung disease, including cystic adenomatoid malformation, with malignant pleuropulmonary blastoma, 7 there have been no reports of malignancy arising in retroperitoneal ELS despite the association with type II cystic adenomatoid malformation. Therefore, currently, most presumed retroperitoneal ELS are not surgically removed.
